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One can postulate that patients with sickle cell trait, most of 
whom live a normal life span, may be subjected to many episodes 
of vascular occlusion triggered by precipitating factors such as 
anoxia, acidosis, alcohol, high altitude, strenuous exercise, intra•
and postoperative states, drugs and intravascular injection of con•
trast material. In our patient population, alcohol and serious in•
fections may have contributed to the sickling in many organs 
including extra- and intramural coronary arteries and brain vessels. 
Of course, postpartum anoxia induces sickling. 
Sickle cell thrombi, sludging of red cells and coronary spasm, 
as postulated by Wilkes et aI., may well have occurred in their 
II year old boy. His migraine headaches and blurred vision may 
also have been aggravated by intravascular sickling during cere•
brovascular spastic episodes. Osuntokun and Osuntokun (7) re•
ported a significantly higher frequency of sickle cell trait in black 
Nigerians with migraine associated with neurologic deficit, com•
pared with those with migrainous headache alone. Whether sickle 
cell trait might induce in some patients in the long range subclinical 
left ventricular abnormalities reported by us in sickle cell disease 
(8), awaits further investigation. 
SAMUEL ZONERAICH, MD, FACC 
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Reply 
We concur with Brenner that the patient's pain was atypical of 
angina. The term typical angina has come to indicate exertionally 
related chest pain, which our patient did not have. However, var•
iant angina, which usually occurs at rest, was the type found in 
our patient and is "typical" for that syndrome. We interpret the 
electrocardiogram just as Brenner did: a junctional tachycardia with 
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an anterior Injury current. This current of injury is attended by 
reciprocal ST segment depression indicating transmural ischemia. 
As Brenner notes, there is a right axis shift of approximately 60° 
that we did not comment on. The loss of R waves in leads V4 
through V6 during the episode of Prinzmetal's angina with return 
of the R wave after the episode has been noted to occur in Prinz•
metal's angina (I), and we should have discussed this more thor•
oughly. Brenner is incorrect when he states that we did not dem•
onstrate the proposed diagnosis. The diagnosis of Prinzmetal's 
angina is made on the basis of observed ST segment elevation 
(injury current, as Brenner notes), together with angina, which 
both resolve without going on to myocardial infarction (2,3). By 
definition, ergonovine provocation is not required to make this 
diagnosis (4,5). Our diagnosis is further strengthened by the echo•
cardiogram. While altered septal depolarization could have altered 
septal motion, as Brenner suggests, it is unlikely that depolarization 
abnormalities would have rendered the septum totally akinetic as 
we demonstrated echocardiographically. 
We completely concur with Brenner that the average pediatric 
patient with chest pain does not require the extensive workup that 
our patient underwent. Our workup was prompted by striking 
historical, physical, electrocardiographic and the echocardio•
graphic findings. We disagree, however, that we could have made 
the diagnosis from historical information looking for typical an•
ginal pain since this syndrome has atypical pain as its hallmark. 
We appreciate the comments of Zoneraich and Rosner regarding 
the significance of sickel cell trait and its possible relation to our 
patient. We were unaware that such extensive sickling was found 
at autopsy in patients with sickle trait. The possibility that sickling 
exacerbated our patient's response is an intriguing one that could 
have significant implication for patients with sickle cell who de•
velop myocardial ischemia. 
BLASE A. CARABELLO, MD, FACC 
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